Sarcoidosis is characterized by the presence of non-caseating granulomas. We report the case of a young woman presenting with chronic dyspnea, hypoxemia and bilateral interstitial infiltrates on chest radiographs. Open lung biopsy was consistent with usual interstitial pneumonitis. Treatment with steroids produced a marked improvement in symptoms. Five years later the patient presented with fever, bilateral hiliar and mediastinal lymphadenopathy. Work up for infectious diseases was negative; a mediastinal biopsy was consistent with Sarcoidosis with non-necrotizing granulomas. She was started again in steroids with complete resolution of symptoms and partial improvement in lung infiltrates.
INTRODUCTION
The characteristic lesion in sarcoidosis is the presence of noncaseating epithelioid cell granuloma 1 and this finding is considered essential in establishing a pathologic diagnosis of sarcoidosis. We present a rare case of sarcoidosis presenting with pathologic features of Usual Instertitial Pneumonitis (UIP) without granuloma.
CASE REPORT
In 1997 a healthy 34 year-old African-American woman presented with a 6-month history of nonproductive cough and dyspnea on exertion. Bilateral dry crackles were heard at lung bases, remaining of examination was normal, no clubbing was appreciated.
She was hypoxemic and the chest radiograph (CXR) and chest tomogram (CT) showed bibasilar interstitial infiltrates with no lymphadenopathy. Pulmonary function test (PFT) revealed restrictive disease with DLCO of 23%. (Table 1) Laboratory including connective tissue disease markers, HIV antibody, echocardiogram and ventilation/perfusion test were negative. Open lung biopsy showed active interstitial pneumonitis with focal fibrosis and pulmonary vascular hypertensive changes consistent with UIP (Fig 1) . No granuloma or giant cells were seen. The patient was discharged on 60 mg of prednisone daily and oxygen. Slowly her dyspnea improved and she was able to stop the oxygen and steroids.
In March 2002, she returned with dyspnea on exertion, dry cough and non-specific joint pain in knees and ankles. She was febrile (39 C), tachypneic with basilar lung crackles and swelling of ankles and knees. Her PaO 2 was 54 mm Hg. New bilateral hilar and mediastinal lymphadenopathy with unchanged infiltrates were seen on CXR and CT (Fig 2) . Cultures and stains were negative. The clinico-pathologic findings were consistent with sarcoidosis. She resumed the prednisone with marked improvement in dyspnea, hypoxemia, and complete resolution of the cough, fever and joint symptoms. As of January 2004 she remains stable, with mild dyspnea of exertion
DISCUSSION
This case highlights the dilemma that clinicians encounter when confronted with an unexpected pathologic diagnosis. The diagnosis of interstitial lung diseases (ILD) depends on epidemiologic, clinical, radiological and pathological findings. The most frequent ILD are sarcoidosis, idiopathic pulmonary fibrosis (IPF) and connective disease ILD. The clinical course of IPF is invariably one of gradual deterioration with minimal response to steroid therapy 2 . Endstage sarcoidosis can be associated with fibrosis and few granuloma. 3 The natural history and prognosis is highly variable, with a tendency to wax and wane, spontaneous remission in stage III are seen in 10 to 20% of cases. 4 Nonspecific interstitial pneumonitis was seen in 62% of 128 granuloma-containing specimens from patients with sarcoidosis 5 . The age and clinical response in our patient was atypical of IPF and more consistent with the diagnosis of sarcoidosis, although the initial CT, PFT and lung biopsy were compatible with UIP. Connective disorder with sole involvement of the lung was unlikely as well. Based on this case we suggest that interstitial pneumonitis and fibrosis suggestive of IPF can be seen in sarcoidosis without granuloma formation. Sarcoidosis can mimic many diseases and maybe IPF is not an exemption. Those patients with an "atypical" clinico-radiologic-pathologic diagnosis of IPF should be followed closely in order to identify any evidence of sarcoidosis.
